We have seen a father and son with the same severe dwarfing syndrome characterised by disproportionately short extremities, craniosynostosis (kleeblatschadel) , and symmetrical lucent defects of most long bones. Clinical and radiological features of the skeletal dysplasia are similar to three previously reported sporadic cases,1-3 in one of which the lucencies were shown to be caused by fibromas. Our two patients are the first to demonstrate apparent autosomal dominant transmission of the syndrome and document the unusual natural history of this severe skeletal disorder from infancy to maturity.
Case reports CASE 1
This boy was the 4054 g, 49 5 cm product of a term pregnancy of an 18-year-old primigravida. At 'epiphyseal dysplasia', and metaphyseal 'cystic' defects that resolved between 10 and 24 years of age.
A second case was later reported by Keats et al,2 who followed from birth to the age of 7 a boy with dwarfism, oxycephaly, unerupted teeth, and progressive, 'lytic' lesions of long bone metaphyses. This patient had one of the 'lytic' lesions biopsied and it was shown to be benign, whorled, fibrous tissue. An essentially identical 10-year-old patient was described by Beighton et al,3 who designated the dysplasia osteoglophonic ('hollowed-out bone') dwarfism. 01~~~~The involvement of both sexes, the father-to-son transmission in our patients, plus the advanced paternal age of the father of the patient described by Beighton et 
